Malignant melanoma of the scrotum is the rarest of the primary genitourinary melanomas, with only 19 cases having been reported previously. The authors have described a rare case of a primary scrotal neoplasm. The necessity of a prompt diagnosis has been emphasized. We are presenting an additional case of this often aggressive malignancy. The pertinent literature has been reviewed and the current management strategies have been discussed.
INTRODUCTION
Both the benign and the malignant tumours of the scrotum are rare. The scrotal malignancies are of special importance not only due to their historical importance, but also since they are rare in incidence. Malignant melanoma of the scrotum is the rarest of the primary genito-urinary melanomas [1] [2] [3] . A case of a primary malignant melanoma of the scrotum with an unusual presentation has been described.
CASE REPORT
A 45-years old Hindu male presented to the surgical outdoor clinic with a lump in the right scrotum. He mentioned that it had started as a small black mole, 30 years back. Now recently, there had been an increase in its size, with an ulceration on its surface, with its colour becoming bluish-black. At times, he experienced a mild stretching pain. A tender swelling had developed in his right groin as well. His chest X-ray and ultrasound of his abdomen were insignificant. A wide excision of the mass with right inguinal lymphadenectomy was carried out.
Grossly, the specimen was globular and blackish in colour, with a stalk attached at one end. It measured 5 x 4 x 1.5cm in dimension. The outer surface was irregular and it was ulcerated at one place. The cut-surface was variegated, with multiple areas of haemorrhage. Two lymph nodes were dissected out in the inguinal tissue; the cut-surface of both showed extensive areas of necrosis.
Microscopic sections from the pedunculated growth showed a stratified squamous epithelium with rete pegs and an outer thickened keratin layer. At one place, the epidermis was ulcerated. Beneath the epidermis, nests and sheets of neoplastic cells were present. The individual cells were medium to large sized with a high nuclear: cytoplasmic ratio. The cytoplasm was moderate in amount. Most of the cells showed a dark brown to black pigment in the cytoplasm [Table/ Fig-1 According to the clinicopathologic staging system of the American Joint Committee on Cancer (AJCC), the tumour belonged to Stage III i.e with lymph node involvement and as per the level of invasion, it was of the AJCC level V, with invasion of the subcutaneous fat. A metastatic evaluation with a CT scan and a bone scan did not reveal any pulmonary, hepatic or osseous foci. The patient was reported to have expired one month after being discharged from the hospital.
DISCUSSION
A malignancy of the scrotum is of special interest, despite its relative infrequency, because of its surprising virulence and also by virtue of its historical importance. This was the first known occupational cancer and it showed the need for research by involving the potential environmental carcinogens. Primary malignant melanoma of the scrotum is among the rarest of the lesions. Between 1949 and 2009, only 19 cases had been reported in the world literature [3, 4] . However, none of the previous reports had mentioned such a history of a malignant transformation in a previously existing benign lesion. The present case was interesting, since the lesion (probably a Naevus) was present since the past 30 years and as it was neglected. This lesion was later followed by a sudden increase in its size, colour and texture, along with pain. These features are known to accompany a transformation from a benign to a malignant stage.
Due to the paucity of cases, there is lack of information about the natural history, aetiology and the standard management of scrotal melanomas. Fair skinned persons are more prone to develop malignant melanomas. A large majority of melanomas are associated with sunlight exposure and hence they are more common in the head and neck region and the lower extremities. They especially affect the females. This major risk factor for the development of malignant melanoma did not apply to our patient since the affected site was not sun-exposed. The commonest presentation of melanoma of the scrotum which had been reported earlier was a pigmented macule or a papule [5] . At times, the lesion presents as a pigmented exophytic mass with ulceration, satellite lesions and palpable inguinal lymphadenopathy, as was seen in our patient [6] [7] .
The histologic diagnosis and the tumour staging of primary scrotal melanoma is done in a manner which is similar to those of other primary cutaneous and epithelial melanomas. Some authors suggest that primary scrotal melanoma may have a more favourable prognosis than the other genitourinary malignancies [5] . We feel that this may be true for those tumours which present as small pigmented macules or papules, but those which present as large, exophytic, ulcerative masses have a poor prognosis, as in our patient, who died from the disease within 1 month of the diagnosis [7] [8] .
The prognosis of melanoma in general depends on -the clinical features, the spread to the regional lymph nodes and the distant metastasis; the anatomical location and the histological features. The melanomas on the extremities have been reported to have a better prognosis. Histologically, the prognosis depends on the Breslow's vertical thickness and the Clark's anatomical level of local invasion, the presence or absence of an ulceration, the satellite lesions, the margins, the mitotic index and the Tumour-Infiltrating Lymphocytes (TIL), regression, the angiolymphatic invasion and neurotropism. In a recent study, the presence of brisk TIL in a lymph node metastasis was found to be associated with a higher survival rate than in the patients whose metastasis lacked TIL [9] .
Since, only few cases of melanoma of the scrotum have been reported so far, the exact treatment modality of this entity has not been well-defined. A radical surgery can be carried out but it has its own limitations, in that, by the time the disease is diagnosed, it would have already spread further. The genetic profiling of melanomas has revealed that KIT gene mutations are present in some cases, particularly in the tumours which arise in the mucosal and the acral sites. Imatinib, which is used to treat various neoplasms which are regulated by kinase mutations, has recently been reported to be effective in cases of KIT-mutant metastatic melanomas. A previous study had recommended the screening for the KIT gene mutations in primary scrotal and genitourinary melanomas since the presence of this mutation may open up new options for the therapy [8] .
